constipation. There was no history of difficulty in urination.
INTRODUCTION
K indler syndrome is a rare, autosomal recessive genodermatosis. It is characterized by skin blistering, photosensitivity, progressive poikiloderma, and extensive skin atrophy. [1] Mucosal involvement is common in Kindler syndrome. Nail involvement is not a usual finding in Kindler syndrome, and long cuticle of nails in the syndrome is rarely described in literature. Here, we present a case of Kindler syndrome in two siblings and its association with long and thick nail cuticle.
CASE REPORT
A 10-year-old female born of consanguineous marriage presented to our department with complaints of repeated blistering over extensors of forearms, dorsum of hands, and dorsum of feet since 1 month after birth. Blister formation was precipitated by trauma and used to heal spontaneously in 1-2 weeks. Frequency of blistering gradually decreased and eventually stopped at around 5-6 years of age. She also had a history of burning sensation and redness occurring immediately after sun exposure. For last 7 years, the patient noticed progressive fragility and wrinkling of skin. The patient complained of frequent
The scalp hair was normal in color and growth pattern. All nails including fingernails and toenails were dystrophic. Cuticles in most nails were longer, covering almost one third of the nail plate, fragile, and thick [ Figure 3 ]. Her physical, mental, and sexual development was normal.
Routine laboratory tests including complete blood count, liver function test, renal function test, chest X ray, and USG abdomen were normal. Colonoscopy revealed anal stenosis while endoscopy revealed no abnormality. Schirmer test showed decreased lacrimation from both eyes. Slit lamp examination and retinoscopy showed no abnormality. X-ray skull was normal.
Biopsy from forearm revealed epidermal atrophy and sparse lymphocytic infiltrate in the upper dermis [ Figure 4 ]. Diagnosis of Kindler syndrome was made on the basis of clinical findings.
DISCUSSION
Kindler syndrome was first described in a 14-year-old girl by Theresa Kindler in 1954. [2] The syndrome is caused by mutations in gene FERMT1 (also known as KIND 1). The gene product, Kindlin-1 plays the role of a focal adhesion adaptor protein linking filamentous actin in the cell cortex, to membrane proteins. [3] It is the first skin fragility disorder caused by a defect in the actin-extracellular matrix (ECM) linkage rather than the keratin-ECM linkage. [4] Characteristic skin manifestation of Kindler syndrome includes acral blistering, skin fragility, photosensitivity, and poikiloderma. The photosensitivity and blister formation tend to decrease with advancing age. On the other hand, poikiloderma and atrophy are often progressive. Palmoplantar keratoderma obscuring dermatoglyphics is often found. Mucosal involvement can occur in the form of gingivitis, conjunctivitis, esophageal stenosis, urethral stenosis, and phimosis. Other features may include leukokeratosis of the lips, webbing of the toes and fingers, ectropion, dome-shaped skull (turricephaly), and rib and mandibular abnormalities. [5] Nail involvement in Kindler syndrome is uncommon and can occur in the form of thinning nail plate with atrophy, onycholysis, subungual hyperkeratosis, thickening and discoloration of the nail plate, nail fragility, onychodystrophy, Beau's lines, nail ridging, anonychia, and yellow nails. [6] There are only a few reports of long cuticle of nail in Kindler syndrome. After keratosis follicularis spinulosa decalvans, it is the second disorder described involving nails in the form of long cuticles.
The pathogenesis of the long cuticle is not known. According to one hypothesis atrophy of the living layers of the skin in KS, and a relative sparing of the dead horny layer, which forms the cuticle of the nail, may be the causative factor. [6] Closest differential diagnosis of Kindler syndrome includes hereditary acrokeratotic poikiloderma or Weary syndrome. Other differential diagnosis of Kindler syndrome is summarized in Table 1 . [1, 7, 8] Histopathology of Kindler syndrome is not specific and biopsy from poikilodermatous skin shows hyperkeratosis, epidermal atrophy and loss of the rete ridges and pigmentary incontinence. A skin biopsy from a blistered area may show cleft at dermalepidermal junction. [9] There is no specific treatment for Kindler syndrome but photo protection and good wound care can reduce the morbidity. The present case is being reported due to its rare finding of long nail cuticle.
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